INTRODUCTION
Choledochal cyst is a rare congenital anomaly.
It is estimated to occur in 1"100 to 1:150,000 live births in western populations and is more common in females than males [1] . The incidence in Japanese populations is higher. The classical presentation is described as the triad of abdominal pain, jaundice and an abdominal mass [1] , although few patients present initially with all three features. Acute pancreatitis [2, 3] and malignant change [3, 4] in the cyst wall are now recognized as complica- [5] , although a recent report suggests a ure secondary to aspiration and acute pancrea-changing pattern of presentation with more titis, patients presenting as adults [6] . In a 17 year experience of 42 patients with choledochal cysts 31 were adults. In a further report of a 32 year experience with 13 patients 8 were HISTOPATHOLOGY adults [7] .
Congenital dilatation of the bile duct is The presence of a choledochal cyst was conassociated with an anomalous junction of firmed at post mortem examination. It the pancreaticobiliary ductal system in was described as a saccular diverticulum more than 70% of patients [8, 9] . An association projecting from the right border of the supra-with acute pancreatitis was first reported in duodenal common bile duct (Todani Classifica-1957 [8] jaundice and cholangitis requiring reoperation [2] . Now the treatment of choice is excision of the cyst and Roux-en-Y hepaticojejunostomy [2] . Excision of the entire cyst is necessary for biliary tract drainage and for removing the potential for malignant change in the cyst wall. In our case the tumour had penetrated the cyst wall to the serosa and invaded the lymphatics and perineural tissue.
The incidence of carcinoma in choledochal cysts is 5-35 times greater than in normal sized bile ducts [10] and the risk increases with age [4] . Malignant change is rarely found in children and there are only three reports of patients less than 18 years the youngest of whom was 12 years old [11] . Adenocarcinoma is the tumour most frequently associated with choledochal cysts but anaplastic, squamous cell and sarcomatous tumours have been described [11, 12] . Epithelial metaplasia is also common and it is postulated that the increased incidence of both metaplasia and carcinoma is secondary to chronic inflammation from presistent stasis of bile and reflux of bile and pancreatic juice into the cyst [4] . Reveille [10] postulated that both stasis and bacterial overgrowth, with the production of secondary bile acids are responsible for the pathological changes. [2, 6] . The average age at presentation is 34 years, and 70% are women [2, 4] .
Although the authors use the term "pulmonary lymphangitis carcinomatosa" which is widely used to refer to this particular pattern of tumor growth, the histologic basis of the interstitial widening seen both roentgenographically and grossly is seldom caused by pure lymphatic permeation; instead, a substantial (and occasionally the entire) part is caused by neoplastic infiltration and the fibroblastic reaction to it in the peribronchovascular and interlobular connective tissue outside lymphatic channels. Thus, the designation "lymphangitis carcinomatosa" is not strictly correct semantically; however, since these terms are deeply ingrained in our nomenclature and provided that the semantic inaccuracy is recognized, their continued use is regarded as acceptable [7] . Although virtually any neoplasm can result in disseminated pulmonary lymphatic and interstitial infiltration, (the rare occurrence of cholangiocarcinoma arising within a choledochal cyst in this instance) the most common primaries are the breast, stomach, pancreas and prostate. This case report adds to the growing body of evidence in the literature underscoring the necessity for a high index of suspicion of carinoma in adults with choledochal cysts.
